Keratosis follicularis spinulosa decalvans (KFSD) is a rare, X linked disorder with skin and eye involvement (MIM 308800). We have studied a large British family with KFSD using polymorphic markers from Xp21-p23 and obtained a lod score of 2.056 at 0=0 with markers proximal and distal to the KFSD candidate region Xp22.13-p22.2 identified by Oosterwijk et al. Our data confirm the linkage to Xp22.13-p22.2 observed in the previously reported Dutch family, but fail to narrow the candidate interval for the KFSD locus.
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Discussion
To our knowledge, this family in which KFSD is segregating is only the second of appropriate size and structure for linkage analysis. Our linkage data confirm the previous finding of a locus for KFSD in the region of Xp22.13-p22.2 bounded by DXS7161 and DXS1226. The marker DXS989 is centromeric to DXS274 while DXS987 is telomeric to DXS418. The lack of recombination observed in our family with these markers prevents any further narrowing of the candidate interval for the KFSD locus.
Because of the variability of the clinical phenotype in carrier females, some authors have suggested that KFSD is a sex limited, autosomal dominant disease.'0 11 Our family has a severely affected female member (IV.7), but linkage analysis is strongly suggestive of a KFSD locus in the same region of the X chromosome as that found in the large Dutch family. KFSD has features in common with both ulerythema ophryogenes (UO) and ichthyosis follicularis (IF), but neither disorder has photophobia as a significant feature. However, in small families with skin manifestations resembling KFSD, diagnostic dificulties can occur. To our knowledge, male to male transmission has not been documented in a proven case of KFSD, and we conclude that evidence to date is consistent with one X linked locus in this disorder.
